The genetic differences between two types ofdominant inherited myoclonus epilepsy, dentatorubral pallidoluysian atrophy (DRPLA) and benign adult familial myoclonus epilepsy (BAFME), have been reported. A gene with a CAG repeat expansion responsible for DRPLA has been isolated. We have examined CAG repeat expansion in the DRPLA gene in five BAFME families, and the abnormal CAG expansion was not observed in the affected subjects. Linkage analysis using DNA polymorphisms in the DRPLA gene and the genes for y-aminobutyric acid (GABA) receptor subunits, GABAR,1, GABARP3, and GABARa6, showed that these genes were not responsible for BAFME. (JMed Geniet 1996;33:80-81) Key words: benign adult familial myoclonus epilepsy; dentatorubral pallidoluysian atrophy; c-aminobutyric acid (GABA) receptor.
Among disorders which include myoclonus epilepsy (ME), dentatorubral pallidoluysian atrophy (DRPLA) and benign adult familial myoclonus epilepsy (BFAME), reported particularly in Japan, are known to be transmitted by autosomal dominant inheritance. ' 
